INTRODUCTION {#rjx050s1}
============

Pancreatic solid pseudopapillary tumor (SPT) is a rare neoplasm, representing \~2% of pancreatic tumors. The histological origin of the tumor is poorly understood, showing remarkable variability in their presentation, biological behavior and prognosis \[[@rjx050C1]\]. The occurrence of SPT at an ectopic pancreatic tissue is even more unusual. Our literature search has identified only 16 previously reported cases of SPT at an ectopic site \[[@rjx050C2]--[@rjx050C5]\]. We report a case of 33-year-old male presenting with SPT arising in the root of small bowel mesentery with lymph-node metastasis. The site as well as the presence of lymph-node metastasis makes our case report unusual.

CASE REPORT {#rjx050s2}
===========

A 33-year male presented with a 1-year history of epigastric and right upper abdominal pain associated with episodes of upper abdominal fullness relieved after vomiting. He had history of 4 kg weight loss over a period of 3 months. Examination revealed a mass of size 5 × 7 cm over the epigastric region.

Initial laboratory values revealed a white blood cell count of 8400/mm^3^ (80% neutrophils, 20% lymphocytes), hemoglobin 12.5 g/dl, total bilirubin 2.4 mg/dl, conjugated bilirubin 1.8 mg/dl, alanine aminotransferase 33 U/l (normal 5--45 U/l), aspartate aminotransferase 41 U/l (normal 5--45 U/l) and alkaline phosphatase 27 U/l (normal 42--128 U/l), albumin 3.9 mg/dl and total protein 6.7 mg/dl. His random blood sugar, serum urea and creatinine were within normal limits. A chest X-ray film was normal. Abdominal ultrasound (US) examination revealed well-defined thick and irregular-walled cystic lesion of size 6 × 5 cm below the body of the pancreas. Contrast-enhanced computed tomography (CT) scan showed a round cystic lesion of size 5.2 × 4 cm with irregular enhancing thick wall, below the body of the pancreas (Fig. [1](#rjx050F1){ref-type="fig"}). US-guided fine needle aspiration cytology showed clusters of ductal epithelial cells and occasional acinar cells. With the diagnosis of a cystic neoplasm of the pancreas, patient underwent exploratory laparotomy which revealed a cyst of size 6 × 5 cm found to be arising from the root of small bowel mesentery, along with a lymph node of size 2 cm × 1.5 cm adjacent to it and medial to the duodenojejunal flexure (Fig. [2](#rjx050F2){ref-type="fig"}). The pancreas was normal. The cut surface showed a cystic lesion containing hemorrhagic fluid with areas of solid components and necrosis. Figure 1:Photomicrograph of the arterial phase CT showing well-circumscribed low attenuated lesion (arrow).Figure 2:A photograph during laparotomy showing the origin of the lesion (arrow) at the root of mesentery medial to the duodenojenunal flexure.

Histopathological examination revealed tumor cells arranged in organized nests, few trabecular and pseudopapillae formation. The slide shows few polygonal and elongated cells with round to oval vesicular nucleus, inconspicuous nucleoli and moderate to abundant faint eosinophilic granular cytoplasm (Fig. [3](#rjx050F3){ref-type="fig"}). In immunohistochemical staining, cytoplasm was positive for vimentin, CD-10 and NSE (neuron-specific enolase); granularity of cytoplasm was positive for alpha-1 antitrypsin and alpha-1 antichymotrypsin. The neuroendocrine markers such as chromogranin-A, synaptophysin and neurofilament were negative. The excised lymph node also showed similar histological and immunological features. Figure 3:Photomicrograph indicating the tumor composed of irregular pseudopapillary structures; prominent myxoid changes can be seen in the stroma. (hematoxylin and eosin stain, ×200).

The patient had uneventful postoperative period and was discharged on eighth postoperative day. He received six cycles of gemcitabine (1 g/m^2^). Till the end of 10 months, he has remained asymptomatic.

DISCUSSION {#rjx050s3}
==========

SPTs of the pancreas are rare exocrine pancreatic tumor, well known for indolent biologic behavior. Frequently, it is named as solid and cystic tumor, solid and papillary epithelial neoplasm, papillary-cystic neoplasm, papillary-cystic epithelial neoplasm, papillary-cystic tumor or Franz tumor \[[@rjx050C6]\]. In 1996, the World Health Organization renamed this tumor as SPT for the international histological classification of tumors of the exocrine pancreas. It commonly occurs in the head or tail region of the pancreas, usually in females in second to fourth decade of life \[[@rjx050C7]\].

The present case was a 33-year-old male who had presented with an epigastric mass. Radiological investigations showed a cystic lesion with irregular walls below the body of pancreas. Laparotomy revealed the lesion to be arising from the root of small bowel mesentery medial to the duodenojejunal flexure, with a nearby lymph node; the lesion being separate from the normal pancreas. Histopathological examination showed that the lesion was an SPT of pancreatic origin and had also metastasized to the lymph node. SPT occurring in an ectopic pancreas is a rare phenomenon, with only 16 previously reported cases, at various sites such as the mesocolon, ovary, retroperitoneum, liver, stomach and duodenum \[[@rjx050C2]--[@rjx050C5]\]. The root of small bowel mesentery is till date an unreported site for SPT; this being the first such case described. The presence of tumor in male and the lymph-node metastasis is also a rare occurrence. The clinical presentation of the tumor is usually nonspecific, like vague abdominal pain, gradually enlarging mass or compressive signs \[[@rjx050C7]\]. Some asymptomatic patients are detected incidentally during routine physical examination or by imaging studies. In some rare instances, acute manifestations such as pancreatitis or hemoperitoneum caused by rupture of the tumor has been the presenting symptom \[[@rjx050C8], [@rjx050C9]\].

Ultrasonographically, the tumor is well encapsulated, homogeneous or heterogeneous, and composed of solid echogenic and hypoechogenic cystic components \[[@rjx050C10]\]. CT scan usually demonstrates a well-encapsulated and circumscribed retroperitoneal mass, hypodense, with various solid and cystic components owing to hemorrhagic degeneration \[[@rjx050C11]\]. Magnetic resonance imaging is better than CT for distinguishing certain tissue characteristics, such as hemorrhage, cystic degeneration or the presence of a capsule. Fine needle aspiration cytology has been reserved for selected cases \[[@rjx050C10]\].

The pathologic diagnosis of SPT on light microscopy depends upon the presence of solid areas alternating with pseudopapillary formations; evidence of cellular degeneration, cholesterol clefts, nuclear grooves, aggregates of foamy histiocytes and hyaline cytoplasmic globules. Immunohistochemical staining for specific cell lineage markers is of marginal utility in proving the diagnosis of SPT. Vimentin is consistently expressed, and tumor cells are focally positive for cytokeratin and synaptophysin, and few positive for S-100 protein, CD-56 and CD-10 \[[@rjx050C7], [@rjx050C12]\].

The management of SPT localized to the pancreas is straightforward and surgical removal with or without pancreatic resection is the treatment of choice. Extensive radical dissection is not indicated when the disease is localized. Similarly, local invasion and metastasis should not be the contraindication for resection \[[@rjx050C7], [@rjx050C12]\]. The benefit of chemotherapy or radiotherapy is poorly understood. There have been reports of using various chemotherapy regimens based upon cisplatinum and 5-flururacil, gemcitabine alone or combination of ifosfamide, cisplatin and VP-16 \[[@rjx050C12]\]. Adjuvant radiotherapy has been used in some unresectable cases with good results. Usually, these tumors have good prognosis with 5-year survival rate of \~95% \[[@rjx050C7]\].

CONCLUSION {#rjx050s4}
==========

SPT remains a distinct entity and has favorable prognosis, though histogenesis is still controversial. The small bowel mesentery can be a site of such ectopic pancreatic tumor.
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